Phacomatosis pigmentovascularis (PPV) is a rare syndrome characterized by concurrent nevus flammeus (capillary malformation) and pigmentary nevus. According to current research, the major pathophysiologic mechanism in PPV is venous dysplasia with resultant compensatory collateral channels and venous hypertension. Arterial involvement is rare. We herein report our experience on renovascular hypertension, intermittent claudication, and severe rhabdomyolysis due to diffuse stenosis of multiple arteries in a patient with PPV type IIb associated with SWS.
Case Report
The patient was born at full term without perinatal problems. She had nevus flammeus over her face and body, and buphthalmos which was observed since birth. At two years of age, she was diagnosed with glaucoma and underwent an operation. Her growth and development including intelligence were normal. At the age of 9 years, she developed intermittent left sided weakness, blurred vision, and headache, which were mild and self-limited. Six months prior to the current hospital visit at 15 years of age, symptoms were aggravated and the patient complained of headache and intermittent claudication and thus she visited another hospital where magnetic resonance imaging (MRI) of the brain was done. Imaging revealed diffuse leptomeningeal enhancement of the right temporoparietooccipital lobe and peripheral enhancement of the right maxillary sinus, suggesting possible hematoma (Fig. 1) . Under the impression of SWS, she was referred to Seoul National University Children's Hospital for further evaluation.
Upon examination, nevus flammeus was distributed extensively over the body and nevus of Ota (oculodermal melanocytosis) was also present (Fig. 2) . The patient's vital signs were stable and within normal range for her age. Laboratory test results were unremarkable. She did not smoke or drink alcohol, and had neither a previous medical history of diabetes mellitus, nor a family history of stroke or headache.
An aneurysm of the left posterior communicating artery was evident on brain MRI arteriography (Fig. 3) , and she underwent an embolization of the aneurysm with transfemoral cerebral angiography. She underwent hematoma removal of the right maxillary sinus thereafter. The patient's headache 
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and blurred vision were improved, and she was discharged.
Three months after discharge, she visited the outpatient clinic with aggravated headache and intermittent claudication.
The blood pressure (BP) was measured at 158/117 mmHg and she was admitted to the general ward.
At admission, the BP was 167/117 mmHg, the heart rate (HR) 92 beats/min, the respiratory rate 22 breaths/min, and the body temperature 36. Her mental status improved gradually, and she was able to obey commands. On doppler ultrasonography of the lower extremity vessels, venous flow of both extremities was On the 7th day after admission to the ICU, the patient was successfully extubated and her mentality recovered fully to a GCS of 15. Improvements in blood tests were noted on the 14th day of ICU care and CRRT was discontinued with initiation of intermittent hemodialysis (IHD) and transfer to the general ward.
Self-urination was adequate by the 19th day of hospitalization warranting discontinuation of IHD. IV alprostadil was changed to oral beraprost, and dexamethasone was short-term anti-inflammatory therapy implies that the process was also acute. However, it must be acknowledged that the patient had complained of symptoms such as intermittent left sided weakness for several years. There is a limit in explaining the cause of narrowing as having resulted from an acute inflammation and it seems more valid to consider the inflammatory process as a possible trigger factor for further narrowing of arteries on a preexisting background of chronic diffuse vascular stenosis.
We report a case of renovascular hypertension and severe rhabdomyolysis occurring due to predominantly systemic arterial malformation, and the resultant near-fatal complications. It is easy to focus on the skin manifestations in PPV, and on neurologic manifestations in those cases associated with SWS. Considering the severity of complications in this report, one must recognize that patients may manifest with near-fatal rhabdomyolysis without neurologic alteration such as seizure.
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